When Considering Liver Transplant for Children with Glycogen Storage Disease 1b.
Glycogen storage disease type I (GSDI) is a multi-systemic metabolic disease comprised of two major subtypes: GSD type Ia (glucose-6- phosphatase deficiency) and GSD 1b (glucose-6-phosphate translocase deficiency) that affect the liver, kidney, and intestinal mucosa causing excessive accumulation of glycogen and fat in these organs (1). Furthermore, in patients with GSD subtype 1b, disease-associated neutrophil dysfunction can manifest with recurrent bacterial infections and intestinal mucosal ulcerations that mimic inflammatory bowel disease.